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Sickle cell disease (SCD) is an autosomal recessive disease common
in Sub-Saharan Africa and Mediterranean countries. It appears from a
homozygous form (HbSS) of the sickle cell trait. Hemorrhagic cerebro-
vascular accidents (CVA) make up 25% of CVA in SCD. Subarachnoid
hemorrhages (SAH) are less common and epidural hematoma (EH)
rare [1]. About 13 cases of spontaneous EH in sickle cell disease have
been reported in English literature. An association with vaso-occlusive
crises and skull infarction were observed in the few reported cases
[2].We report a case of spontaneous EH and SAH in a 20 year old
known SCD, Morrocan (HbSS) admitted in our department.2. Case report
A 20 year old patient known to have sickle cell anemia (SCA) with
recurrent episodes of vaso occlusive crisis (VOS) presented to the emer-
gency after a 4 day history of generalised joint pains. Symptoms deteri-
oratedwith rapidly progressive altered consciousness and headache. No
histories of head trauma nor anti-platelet drug were reported.
At the emergency, he had a Glasgow Coma Scale(GCS) of 10, with
right anisocoria. He had tachycardia of 124 beats/minute. Temperature
was 38.5 °C and blood pressurewas 150/88mmHg.Wenoted a ﬂuctuant
mass on the left parietal region. Work-up exams showed:hemoglogin
12.9 g/dl, leukocytosis of 21,830/μL with 15,750 neutrophils, platelets
151,000/μL, C reactive protein (C.R.P) 303 mg/L, normal urea, creatinine
and electrolytes values. Urine exam culture was normal. Chest X ray
was normal. Blood culturewas conducted andwe gave a broad spectrum
antibiotic with a third generation cephalosporin. A rapid head CT (Fig. 1)
scan showed bilateral frontal epidural haematoma with subarachnoid
hemorrhage in the anterior interhemispheric scissure and sub-galeal
hemorrhage.
An emergent bifrontal craniectomy for evacuation of the EH showed
a bluish appearance of the bone and dark epidural hematoma (Fig. 2).
Bleeding came from the infarcted bone and dural vessels. Total blood
loss was estimated at 150 cm3.pen access article under the CC BY-NA control CT scan showed hypodensity in the anterior cerebral circu-
lation (Fig. 3). The patient aggravated with AHS; marked jaundice, high
bilirubin levels and lactate dehydrogenase (LDH) levels. Severe hemo-
lytic anemia Hb of 5 g/dl was noted and with hyperkalemia of 8 mEq/
L the patient was transfused and an urgent dialysis was done. The pa-
tient died the next day after MOD following AHS.
3. Discussion
The aim of this study is to increase awareness of spontaneous intra-
cranial bleeding in SCD. Although surgery is life saving in some cases,
general anesthesia and surgery can precipitate sickling complications.
Despite few similar articles reported, we consider that the highmorbid-
ity and mortality rates warrants special interest and studies should
focus in the management and etiology of this complication.
SAH are less common and spontaneous EH rare in SCD. To our
knowledge this is the ﬁrst case where SCD associates both lesions, lead-
ing to an increasing mortality and morbidity. Reports suggest that EH
complicate bone infarction disrupting the cortical bone, causing bleed-
ing into the extradural space [3]. In 2002, Bolke et al., attributed this to
chronic medullary hematopoiesis which could disrupt the skull cortex
and precipitate extravasation of blood into the subgaleal and epidural
spaces. Cerebral aneurysm in SCD arises from progressive arterial occlu-
sion resulting in the formation of collaterals and aneurysmal formation
secondary to hemodynamic stress in damaged vessels by the sickled cell
red blood cell. General anesthesia and surgery precipitates red blood cell
sickling and related complications [4]. Approximately 25% to 30% of pa-
tients will have a postoperative complication [5].
The patient state limited us for angiography in search of cerebral an-
eurysm, sincewe had to immediately evacuate the EH. However the pa-
tientwas intubated and given intravenous nimodipine for prevention of
cerebral vasospasm. We believe the association of SAH, EH, surgery and
general anesthesia contributed to the AHS.We also note that the anteri-
or ischemiawas due to cerebral vasospasmbut also surgical stress could
have triggered this situation.
4. Conclusion
Spontaneous EH is rare and SAH uncommon. Morbidity andmortal-
ity increases with both lesions. Although surgery is indicated in some
cases it could aggravate post-operative sickle cell related complicationsC-ND license (http://creativecommons.org/licenses/by-nc-nd/4.0/).
Fig. 1. Non-contrast head CT scan showing bilateral epidural hematoma end sub-arach-
noid hemorrhage in anterior interhemispheric scissure. Note the shift of the median line
to the left.
Fig. 2. Bilateral spontaneous epidural hematoma.
Fig. 3. Control head CT scan hematoma evacuated with an anterior circulation ischemia.
Persisting anterior interhemispheric SAH.
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neurosurgeon, anesthesiologist and hematologist is suitable for better
patient management.
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